) mice (n ϭ 52). In Cx26 OtogCre mice, vestibular ner ear developed normally. However, on postnatal tests failed to reveal any balance dysfunction. To test day 14 (P14), i.e., soon after the onset of hearing, cell audition, auditory brainstem responses (ABR) were redeath appeared and eventually extended to the cocorded from the two ears upon a broad-band click stimchlear epithelial network and sensory hair cells. Cell ulus covering sound frequencies from 2 to 20 kHz and death initially affected only the supporting cells of the pure tone pips at 8, 16, and 32 kHz (see Figure S1 in genuine sensory cell (inner hair cell, IHC), thus sugthe Supplementary Material available with this article gesting that it could be triggered by the IHC response online). Similar hearing thresholds were measured in to sound stimulation. Altogether, our results demonheterozygous and control mice. In contrast, Cx26
OtogCre strate that the Cx26-containing epithelial gap junction mice showed a significant hearing loss, compared to network is essential for cochlear function and cell surheterozygous and control mice, for all frequencies vival. We conclude that prevention of cell death in tested (p Ͻ 0.0001) (see Figure S1) ; it ranged from 30 the sensory epithelium is essential for any attempt to dB to more than 70 dB, with an average of 30 dB at 8 restore the auditory function in DFNB1 patients. showed that the hearing loss was more pronounced at 
Detection of Cell Death in the Cx26
OtogCre Cochlea To monitor the process of cell death within the cochlea, we performed TUNEL experiments during postnatal de- (Table S1 ).
Otog exons 1 (right arrow) and 2. "A" and "B" indicate the sequences
At P60, some interdental cells were labeled ( Figure 5D ). 
